Admitted to the Hospital for for loss of weight and incon- FIG. 1. tinence of urine and faeces of miscarriages; father and two respectively alive and well.
The child had scarlet fever at 14 months; no other illnesses; walked between 18 months and 2 years of age; quite well until five years ago. Since then he has had looseness of the bowels and occasional aching in the legs with progressive loss of flesh. He is a thin undersized child, ment%lly dull; skin dry and of delicate texture; FIG. 2. general loss of subcutaneous fat, including that of mammary and pubic regions; limbs long and slender in proportion to height. Measurements: Symphysis pubis to ground, 23 in.; to vertex, 241 in.; anterior superior spine to internal malleolus, 24 in,; to internal condyle of femur, '13-3 at SAGE Publications on June 21, 2016 jrs.sagepub.com Downloaded from Cockayne: Case for Diagnosis 14 in.; maximum circumference of thigh, 9 in.; of calf, 7 in.; length of foot from os calcis to end of hallux, 6i in.; circumference midway between these points, 5} in.; length of arm from acromion process to styloid process of radius, 14i in.; of hand from styloid process of ulna to tip of index finger, 41 in.; length of middle finger, 21 in. Thus the hands and feet are very slender, but not unduly long. Limbs straight; no genu valgum; joints normal: some hypotonus at ankles and wrists; marked bilateral flat foot; te'eth crowded, but well formed; skull normal in shape, 201 in. in circumference. X-rays: Marked thickening of frontal bone; sutures not ossified; bones at base of skull dense; pituitary fossa normal in size; both femora show marked irregular thickening with formation of new dense bone throughout their length. There is a similar condition of osteitis in both humeri, especially in lower part; small local areas of thickening are present in both tibim and in one fibula; bones of forearms, hands and feet are normal. Eyes prominent.
Mr. McMullen reports that the fundi are noruaal; no scars round mouth; nose well formed; small shotty glands in neck, axillke and groins. Heart and lungs normal; pulse 100; temperature normal; abdomen prominent; liver and s'pleen not palpable; reflexes normal; no incontinence of urine or feces; urine normal; thyroid gland not enlarged; sugar tolerance high; no glycosuria after 200 grm. of dextrose, but present after 250 grm. Wassermann reaction in blood negative and remaining negative after provocative dose of 0 3 grm. novarsenobenzol. Cerebro-spinal fluid, examined by Dr. Nabarro: Clear; not under pressure; albumin, 0,025 per cent. by Aufrecht; some immediate reduction of Fehling's solution; an occasional cell only seen; Wassermann reaction negative; father's blood, Wassermann reaction negative.
DISCUSSION. Dr. F. PARKES WEBER: I think it is clear that the diagnosis of congenital syphilitic osteitis will not account for the whole of the features of this rather remarkable case. In addition to the abnormalities in the long bones, the boy has a " lanky " appearance, thin tapering fingers, and long thin extremities, with a looseness about the ankles which has given rise to flat-foot on both sides, a general condition or build which one might associate with disturbance of end6crine glands. For the condition in children which has been termed "arachno-dactylia," or "spider-fingers," a disturbance in the pituitary gland has been suggested as the most likely cause. The fingers in this boy are not sufficiently thin and tapering to justify one in calling it arachno-dactylia, but I regard it as a case belonging to that group. Supposing that the abnormality in the long bones is due to congenital syphilis, can one in any way associate it with the general condition istiologically ? I think one can, for, in congenital syphilis, it is becoming more generally recognized that the neighbourhood of the pituitary gland may be affected at an early age, and that this may give rise to symptoms of diabetes insipidus, and so forth: and it is justifiable to suspect that there may be congenital syphilis in the present case, in spite of the negative Wassermann report. In what particular way the pituitary gland is affected (if it is affected at all) in cases of arachno-dactylia is at present certainly not known. In the present case, one will perhaps get further knowledge: for instance, when the boy is older it will be more obvious whether the bones are affected with congenital syphilitic osteitis: there may be bowing of the tibiae finally, giving rise to a more typical picture of what I should prefer to call " congenital syphilitic osteitis deformans "'-a condition simulating the clinical picture of osteitis deformans in older patients who are not subjects of syphilis. When this boy grows up one would expect him (on account of his build) to have extreme gastroptosis with general visceroptosis. I suppose Dr. Cockayne will cautiously try antisyphilitic treatment.
The PRESIDENT: It is a very interesting case, and I am inclined to regard it as congenital syphilis, because it always seems to me one is so much more likely to be dealing with an abnormal manifestation of a common disease, than with something which is extraordinarily rare. There are remarkable conditions from quite common causes.' I can think of no other disease which would produce the conditions which we have in this casenamely, an obviously chronic inflammatory condition of bone, without any serious pain. Moreover, this condition is so very symmetrical, which is characteristic of congenital syphilis. I regard this as an abnormal case of congenital syphilitic osteitis. I think the'additional points mentioned by Dr. Parkes Weber can easily be accounted' for by secondary changes. For instance, with such a marked'inflammatory condition of the long bones as there is here you would expect increased growth at the epiphyses, even though they might not be diseased at their ends : and that would' account for the extra length of the bones in this boy. It would be interesting if Dr. Cockayne would tell us, at a subsequent meeting of the Section, what has been the effect of treatment with antisyphilitic rerhedies.
'Dr. COCKAYNE (in reply): I am very much obliged for the remarks which have been made on the case. With regard to arachno-dactylia, I think there are many things which are against that view. This boy's fingers and toes are not long, there has never been any bending of the spine, and he has not the shape of heel which has been described and figured in connexion with that condition. Before I brought him here I had the idea that there was some endocrine disturbance, but his case does not seem to me to fit into any definite group. The mental dullness, high sugar tolerance, the slender hands and feet, and the small testicles are iR favour of hypopitu-Cf. F. P. Weber, " A Note on Congenital Syphilitic Osteitis Deformans," Brit. Journ. Child. Dis., Lond., 1908, v, p. 83. .135 at SAGE Publications on June 21, 2016 jrs.sagepub.com Downloaded from 1,36 Thomps6n: Oxycephaly itarism, but the child is very thin, and there is no deposit of fat even in the mammary or pubic regions. If it is due to some endocrine disturbance, it is probably due to the same condition as the osteitis. We have been treating him on the lines suggested in the discussion, and I will report the result later on.
Case of Oxycephaly.
By THEODORE THOMPSON, M.D. THIS extraordinary looking child is about 12 months old. It was a case of breech presentation, and he presents all the features of oxycephaly, or "tower skull." It is a very flat head from before FIG. 1 back, and comes to a point on top. He also has marked exophthalmos, and the typical facies. These children generally grow up with good mental capacity, but as the skull closes they generally become blind, -apparently on account of increased intracranial pressure. Skiagrams show that there is a deep series of depressions on the inner side of the skull, the result of increased pressure in the brain. This pa'rticular case is interesting, because the skull has not yet closed, the fontanelle is still open, and there is a marked bulging. I have brought the case forward because it seems to show that the increased intracranial pressure exists before closure of the fontanelles takes place.
